Inheritance of congenital heart defects is unusual.' Most cases occur in the context of familial syndromes in which cardiac abnormalities are but one manifestation of a disorder involving several systems.2 Although pulmonary valve stenosis is a relatively common form of congenital heart disease, its hereditary occurrence is largely limited, like other forms of congenital heart disease, to named syndromes such as Noonan, LEOPARD, and others which are associated with several cardiac and non-cardiac abnormalities.2-5 Isolated hereditary pulmonary valve stenosis, in contrast, is rare,3 with only three published reports.68
We report a family in which pulmonary valve stenosis occurred in a mother and two children, and was associated with atrial septal defect and a unique electrocardiographic abnormality, but no extracardiac abnormalities.
Case reports
The mother, a 62 year old white woman, was known to have had a heart murmur since puberty. She was asymptomatic as a child and tolerated four pregnancies well. One of her pregnancies resulted in a miscarriage at 4-5 months' gestation. The remaining three were premature. Two of her children had congenital heart disease (see below). There was no maternal or paternal history of congenital heart disease, nor a history of heart disease in any of her 
